A primitive form of double-outlet right ventricle is described clinically and anatomically. A long tubular conus, arising exclusively from the right ventricle emptied into the transposed great vessels. Together with the presence of A-V canal malformation this heart represented a developmental arrest in the embryonic stage of the bulboventricular loop seen in horizon XV. Diagnosis is made on the basis of right ventricular angiography and theoretically, if this lesion is isolated, this conus malformation is surgically correctable.
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Clinical History A baby girl was 23 months old at the time of her death. Cyanosis was first noticed at the age of 6 weeks. Cardiac murmurs, cardiomegaly, and congestive heart failure were first detected at the age of 8 weeks. The patient suffered from recurrent episodes of pulmonary infections, and she was digitalized at the age of 3 months. Asplenia was diagnosed at the age of 3 months.
The physical examination revealed moderate cyanosis. There was a systolic thrill along the left sternal border as well as a right ventricular heave. Pulmonic closure was accentuated, and the second sound split widely and varied slightly with respiration. There was a grade IV/VI systolic regurgitant murmur along the left sternal border. There was an early systolic click and a grade II/VI diastolic murmur also along the left sternal border.
The electrocardiogram showed a first-degree heart block, right ventricular hypertrophy, and large P waves in V1, consistent with right atrial enlargement. Chest X-ray showed marked pulmonary hypervascularity, and cardiomegaly with the configuration of both transposition and anomalous pulmonary venous return.
Laboratory studies were not remarkable, with a hemoglobin of 15.4 g%.
The first catheterization and the angiographic studies were done when the patient was 3 months old (table 1) . Angiography was done by injecting Autopsy showed the girl to be asplenic. The liver was in the midline and symmetric in appearance. The lungs were symmetric, each consisting of three lobes.
The heart was enlarged (figs. 2, 3). The apex pointed toward the left, and the aorta was in front of and to the right of the pulmonary artery.
The ventricular portion of the right chamber showed a well-developed right ventricle. The junction between the infundibulum and the ventricle was demarcated by the cephaloanterior border of the VSD. The length of the ventricle, as measured from the infundibuloventricular junction to the apex, was 3 cm. This was equal to the length of the infundibulum as measured from the infundibuloventricular junction to the semilunar valves. The infundibulum was the shape of a long muscular tube. The interior of this infundibulum was trabeculated. Distally (downstream), the infundibulum was continuous with the aorta and the pulmonary artery. At the distal portion of the infundibulum ( 
Diagnostic Clinical Implications
It was stressed elsewhere that there is a high incidence of association between asplenia and bilateral conus. It is also accepted that asplenia is usually associated with other manifestations of symmetric development of viscera including the liver and the lungs.8 The presence of symmetric development of otherwise asymmetric viscera, in general, indicates that a bilateral conus, as in this case, might be present. While in the presence of a bilateral conus of the Taussig-Bing type (LV flow into the pulmonary artery) there is intense cyanosis from birth; in the present case, cyanosis was not noticed until she was 6 weeks old.
The demonstration of the long conus in angiocardiography is diagnostic. Despite the poor quality of the films this conus was Circulation, Volume XLVI, August 1972 RIGHT VENTRICULAR VIEW LEFT VENTRICULAR VIEW Figure 3 Semidiagrammatic key illustration for figure 2.
accurately described in the original catheterization report of this case. Two additional angiographic characteristics for this anomaly were the delay in visualization of the great vessels and the high position of the origin of the great vessels.
Developmental Significance
This heart showed an amazing similarity to the embryonic heart of horizon XV.1 In this horizon the aortic conus is almost as long as the right ventricle, and the pulmonary truncus is lying closer to the A-V canal than the aortic truncus. These two features are also seen in this specimen. The length of the aortic conus, and the relationship between the pulmonary and aortic valves, indicate that the normal truncal inversion, the conus absorption, and the leftward shift of the conoventricular flange that occurs during horizons XVI-XJX1 2 do not occur in this specimen. Additionally, the A-V canal in this specimen remained as open as that in horizon XV. 
